A 53-year-old male presented in November 1977 complaining that for a year he had experienced dimming of his right vision for half an hour on waking. For ten months he had noticed horizontal diplopia on right lateral gaze. He was examined elsewhere and found to have right optic disc swell ing with a normal left disc. Investigations including lumbar puncture, syphilis serology, skull x-ray and radionucleide brain scan were normal. An orbital venogram however showed failure of filling of the third part of the superior ophthalmic vein suggest ing compression in the posterior third of the orbit. He was referred to the Orbital Clinic at Moorfields Eye Hospital.
In the six weeks prior to being seen at Moorfields he had also noticed episodes of transient blurring of the right vision during the day, lasting several min utes each time, in addition to the same symptom on waking. Corrected visual acuity was 6/6 right and 6/5 left. There was a subtle relative right afferent pupil defect and Goldmann perimetry revealed an enlarged blind spot, some upper nasal constriction and a nasal step. Ocular movements were slightly restricted in abduction but more markedly so in elevation. There was 2 mm of right axial proptosis. On ophthalmoloscop' y there was right disc swelling but no opticociliary shunt vessels or choroidal folds. The right ocular examination and the rest of the neurological and general examinations were normal. B-scan ultrasonography demonstrated a large mass immediately behind the globe which could not be separated from the optic nerve.
A right lateral orbitotomy was performed and a markedly enlarged optic nerve sheath identified. The sheath was incised and clear colourless fluid under considerable pressure was released. The remainder of the optic nerve and orbit appeared normal. The nerve sheath was biopsied and showed normal dura only.
Post-operative acuity was 6/9 right. There was a dilated unreactive pupil in addition to a subtle rela tive afferent pupil defect with normal extraocular movements. The pupil returned to normal size and reactivity in several weeks apart from the persistent mild afferent defect. The disc swelling settled and proptosis resolved with no difference between the two sides. Perimetry showed a normal blind spot, no constriction nasally, but a residual nasal step.
The patient's visual obscurations also resolved but the diplopia persisted. These symptoms and the clinical signs remained stable for three years and then the patient again complained of dimming of vision, without fluctuation. Acuity was now 6/9 right and 6/5 left, there was a right relative afferent pupil defect and optic atrophy, again without shunt vessels. There was a right axial proptosis of 2 mm.
A skull x-ray now showed hyperostosis of the inner aspect of the sphenoid wing adjacent to the optic foramen, and CT scanning showed thickening of the apical optic nerve with positive contrast enhancement. There was also contrast enhance ment in the right cavernous sinus (Fig. 1 ) . A carotid angiogram revealed a tumour blush in the orbital apex and irregular constriction of the carotid siphon within the cavernous sinus.
At craniotomy the clinical diagnosis of men- Fig. 1 Case 1. Axial CT scan with intravenous con trast shows thickening of the apical optic nerve with associated bony sclerosis and contrast enhancement in the region of the cavernous sinus (arrows). Biopsy con firmed the diagnosis of meningioma.
ingioma was confirmed, the tumour was de bulked and the optic canal deroofed. Vision remained at 6/9 but with improved field and colour vision. Six months after surgery, visual acuity had dropped to 6/18. The patient was subsequently lost to follow up.
Case 2 This woman was first seen by her local ophthal mologist in 1969 at the age of 35 complaining of blurred left vision over a period of several months.
Acuities were recorded at 6/6 right and 6/9 left and some temporal disc pallor noted on the left. A clinical diagnosis of optic neuritis was made. How ever within a year the left vision had gradually and painlessly deteriorated to 1160 in the left eye with gross optic atrophy. Skull x-rays with foramen views and syphilis serology were negative and no further action was taken. Three-and-a-half years later proptosis was first noticed. Plain films were again normal but the patient was referred to the Orbital Clinic with a suspected diagnosis of optic nerve sheath meningioma. When first seen in the clinic in March 1974, the right visual acuity was 6/6 with a normal field. The left visual acuity was hand movements only with a marked relative afferent pupil defect and optic atrophy without shunt vessels. There was 5 mm of proptosis with 3 mm of lateral displacement of the left globe. Ocular movements were moderately restricted in all directions. Neurological and general examinations were normal. Orbital ven ography showed obstruction of the third part of the superior ophthalmic vein and B-scan ultrasonogra phy revealed enlargement of the optic nerve imme diately behind the globe.
Lateral orbitotomy was performed and the optic nerve identified. It was enlarged to 8 mm in diam eter with a bluish distended sheath. The sheath was incised and clear fluid under pressure was released. The underlying nerve appeared atrophic. The sheath was stripped from the nerve over a distance of 10 mm and submitted for pathological examin ation. The remainder of the orbit appeared normal. The vision post-operatively was bare perception of light. Microscopic examination of the excised nerve sheath revealed normal dura with underlying normal arachnoid cells.
The relative left proptosis was reduced from 5 mm to 2 mm after post-operative oedema settled. However, a year and a half after the surgery, the proptosis increased to 6 mm within the space of six months. There was no perception of light. A CT scan (matrix 320 X 320) was performed and showed a mass in the orbital apex. It was decided to re-explore the orbit through a lateral orbitotomy. Abnormal dense tissue with a fibrous texture was found extradurally in the posterior third of the orbit and biopsied. Histopathological examination now revealed meningioma with prominent fibrosis. On this basis a further operation was performed with removal of the globe and optic nerve and clearance of the orbital apex.
The patient was last seen in August 1981, five years after her last operation, with no evidence of recurrence, but has since been lost to follow-up.
Case 3
A 61-year-old woman had first been aware that her right eye was weak at the age of thirty, but had not sought medical attention. Two weeks before being seen in the Orbital Clinic in October 1975, she had noticed a sudden deterioration in her right vision. There were no other symptoms.
Visual acuity was counting fingers at one metre on the right and 6/9 left. There was a right relative afferent pupil defect and 6 mm of axial proptosis. Ophthalmoscopy revealed optic atrophy with choroidal folds at the posterior pole, but no shunt vessels.
Plain x-rays were normal but conventional tomography suggested an intraconal mass, a finding substantiated on orbital venography by elevation and stretching of the superior ophthalmic vein. Ultrasonography also revealed a large mass com mencing a few millimetres behind the globe and inseparable from the optic nerve. A CT scan (matrix 160x 160) was performed and showed an intraconal mass directly behind the globe.
A lateral orbitotomy was performed. A large smooth-walled cystic mass surrounded the optic nerve anteriorly. Within the distended sheath was a highly vascular mass based infero-laterally. The optic nerve sheath distension extended towards the orbital apex. On incising the sheath, clear fluid was obtained. The optic nerve with the tumour within its sheath was transected at the globe and the orbi tal apex and removed.
Histopathological examination revealed a lesion with the features of an angioblastic meningioma, showing areas of xanthomatous degeneration. A mass composed largely of thin walled vascular channels with intervening foci of cells with foamy cytoplasm was situated beneath the dura and abut ted against the nerve (Figs. 2 and 3) . In eleven years of follow-up there has been no evidence of recur rence and the blind eye has remained comfortable with a well perfused anterior segment. Modem imaging systems should detect quite small abnormalities in the apex of the orbit and avoid the delay in the diagnosis which occurred in two of our patients. If no cause is found for the cyst then the patient should be reassessed for several years before concluding that the lesion was a simple arachnoid cyst.
